Interesting case (Autoimmune hepatitis)
A 14-year-old girl with abnormal liver function test
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Underlying diseases
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- CXR: cardiomegaly, sputum AFB - negative
- Echocardiogram : pericardial effusion, no vegetation

- Pericardial fluid analysis : glucose 1 mg/dL, protein 5.7 g/dL, LDH 2281 U/L, ADA 219.7 IU/L,
Fluid culture — no growth in 6 weeks

- Pericardial biopsy : fibrinous pericarditis, no granuloma
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Baseline LFT : TP 5.3 g/dL (A/G 3.1/2.2), AST/ALT 23/24 U/L, TB/DB 0.45/0.06 mg/dL

Physical examination
GA : An active girl, BW 44 kg (P50 ), height 156 cm (P50 )
V/S: T 36.4° C, PR 100/min, RR 20/min, BP 102/64 mmHg
HEENT : no pale conjunctivae, no icteric sclerae, no lymph node enlargement, mild exophthalmos,
thyroid gland 5x4 c¢m (diffuse, smooth, no nodule, no tenderness)
Heart and lungs : normal
Abdomen : no distension, active bowel sound, soft, no tenderness, no hepatosplenomegaly

Extremities : no edema

Investigations

CBC : Hb 11.8 g/dL, Het 35.8% WBC 5,200/cu mm (N 58, E 2, L 29, M 11%)

Platelets 255,000/cu mm

U/A : Sp gr 1.006, pH 7, protein & sugar — negative, no RBC & WBC

- BUN/serum creatinine 9/0.5 mg/dL; Na 141, K 3.6, C1 108, CO, 24 mmol/L

LFT: TP 8.4 g/dL (A/G 3.5/4.9), ALP 158, AST/ALT 98/73 U/L; TB/DB 3.13/1.73 mg/dL

Problem list
1. Abnormal LFT : elevated ALT, direct hyperbilirubinemia
2. Graves disease

3. History of TB pericarditis (complete treatment)




Differential diagnosis

1.
2.

Autoimmune hepatitis

Drug-induced liver injury (methimazole, anti-TB drugs)
Liver involvement from systemic disease (Graves disease)
Viral hepatitis : HBV, HCV, CMV

Wilson disease

Further investigations

- Hepoatitis profiles : HBsAg — negative, anti-HBs — negative, anti-HCV total — negative
- ESR 79 mm/h

- ANA : positive (homogeneous, nucleolar > 1:1280)

- Anti-dsDNA : negative

- Serum IgG 3,060 mg/dL (N 994; 95% CI : 639-1349)

Percutaneous liver biopsy : Portal and interface hepatitis with plasma cell infiltration

Diagnosis : Autoimmune hepatitis

Treatment : Prednisolone (2 mg/kg/day) + azathioprine (1 mg/kg/day)




Autoimmune hepatitis (AIH)
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Simplified scoring system for AIH (2008)
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( Table I. Simplified scoring system for AIH
Variable Cutoff Points
Autoantibodies
ANA or SMA 1:40 1
=1:80 2
LKM =1:40 2
SLA Positive 2
1gG or globulin fraction >ULN (>3.5 g/dL) 1
=1.1 times ULN (=3.85 g¢/dL) 2
Liver histology Compatible with AIH* 1
Typical of AIH' 2
Absence of viral hepatitis Yes 2

(6 points: probable AIH, = 7 points: definite AIH)

Criteria for the diagnosis of autoimmune liver disease in childhood
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1. Elevated transaminases
2. Positivity for circulating autoantibodies
® ANA and/or SMA (titer = 1:20) = ATH-1 or ASC
® Anti-LKM-I (titer = 1:10) = AIH-2
® Anti-LC-1 = AIH-2
3. Elevated serum IgG (in 80% of cases)
4. Liver biopsy: Interface hepatitis, multilobular collapse
5. Cholangiogram: Normal = AIH or ‘small duct disease’, abnormal = ASC

6. Exclusion of viral hepatitis, Wilson disease, non-alcoholic steatohepatitis (NASH)
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AIH-1), mycophenolate mofetil (MMF) U@ calcineurin inhibitors (ciclosporin, tacrolimus)
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